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Rheumatology, Brighton and Sussex University Hospital, Brighton, United Kingdom Introduction: This case describes a very aggressive form of giant cell arteritis (GCA) complicated by ocular ischaemic syndrome (OIS), complete bilateral visual loss and bilateral scalp muscle necrosis, despite treatment with high dose intravenous steroids. OIS, defined as ischaemia of all intraorbital and intraocular structures, is rare, estimated at 7.5 cases per million. This case also highlights the use of PET CT in management of complex cases of GCA. Case description: A 79-year-old lady presented with sudden onset pain above her right eye. A month earlier she had undergone curative surgery for infiltrating adenocarcinoma of the colon. 6 months earlier she had complained of bilateral shoulder pain. A month earlier she had developed pain on chewing and was unable to fully open her mouth. The next day she was reviewed in the eye hospital due to 24hrs of intermittent blurred vision. CT head was normal. Fundoscopy was normal and she was diagnosed with ocular migraine. Later that evening she lost vision in the right eye.Bloodsshowed CRP 58and ESR43.She was given5daysof IVmethylprednisolone (5x1g). Despite this she developed a right 6 th nerve palsy. 2 days later her left eye developed visual loss, complete ptosis and loss of eye movements in all directions. MRI head with gadolinium showed temporoparietaljuxtacortical diffuse white matter signal abnormalities. She underwent extensive investigation. ANCA was negative, lumbar puncture normal and temporal artery biopsy showed extensive fibrinoid necrosis of the vessel wall, with possible granulomata but no eosinophilia. Oral cyclophosphamide (2mg/kg) was started. 5 days later she developed severe bi-temporal pain and a rash which progressed to severe scalp necrosis. There were no vesicles to suggest shingles. Ten days later she suffered an upper gastro-intestinal bleed requiring a 4 unit transfusion. Gastroscopy showed mild gastritis. After this, cyclophosphamide was withheld, following discharge onsteroids alone. Bilateral scalp necrosis remained a problem, complicated by pseudomonas infections. When a decreased left radial pulse was noted a PET CT was arranged.This showed active extensive vasculitis of the aorta. At this point methotrexate 15mg per week was added. The scalp lesions rapidly healed and the radial pulse returned to normal. The CRP has remained consistently below 5. Discussion: An antiplatelet agent, clopidogrel was started due to the ischaemic cerebral findings on MRI, but it probably contributed, along with steroids, to her upper GI bleed. Antiplatelet therapy is no longer recommended routinely in the management of GCA. However in this case the diagnosis was still uncertain. None of us had ever seen orbital infarction syndrome as acomplicationof GCA. Perhaps a PET CT earlier on in the course of this lady's disease would have madeusmore securein the diagnosis. It could be argued that given the severity of her disease, methotrexate or even tocilizumab should have been commenced earlier. In fact, cyclophosphamide was used initially as it wasn't clear if this was a medium vessel vasculitis. This was withheld when she had a large upper GI bleed (Hb dropped to 76). Once recovering, her CRP was down to 10. By this time the temporal artery biopsy was available, the ANCA was negative and GCA was felt to be the most likely diagnosis. It was also felt that given the bilateral visual loss, the most feared complication of GCA had already occurred so what was there to gain by using such strong immunosuppression?Hence cyclophosphamide wasdiscontinued, and shewasdischarged on steroids alone. The addition of methotrexate had an impressive effect in terms of healing her weeping, secondarily infected scalp necrosis. Methotrexate was added in light of the PET CT which showed active large vessel vasculitis. The scalp necrosis, on reflection was due to an ongoing vasculitis that was being undertreated. There were missed opportunities for starting steroids earlier in the course of the disease: polymyalgic symptoms 6 months earlier, jaw claudication a month earlier. However it remains uncertain whether or not earlier treatment would have altered the course of this aggressive, severe disease. Key learning points: Scalp necrosis, which very easily can be mistaken for shingles or infections complicating steroid treatment, can be a feature of GCA. Orbital infarction syndrome can be a feature of GCA. Early PET CT might have clarified the diagnosis. Methotrexate should probably have been started once the limited response to IV steroids was apparent. Antiplatelet agents are no longer recommended in the updated BSR guidelines formanaging GCA.
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AN UNUSUAL PRESENTATION OF A CERVICAL MASS
Anuoluwapo Oke 1 , and Ciaran Dunne 1 1 Rheumatology Department, Royal Bournemouth and Christchurch Hospital, Bournemouth, United Kingdom Introduction: Lesions of the cervix are not often associated with a rheumatology illness. A cervical mass is often thought to be due to a neoplasm or an infection. Rheumatologists are tasked with unravelling diagnoses in patients with complex multisystem disease. Our patient presented with a cervical mass as part of achronic multisystem disorder. Behc¸et's disease is rare and often presents with varied symptoms managed by multiple specialities. A diagnosis of Behc¸et's disease requires a high index of suspicion. The reason for submitting this case is to raise awareness of an atypical presentation of an uncommon, often severe and chronic illness. Case description: A forty-seven-year-old female of Irish and French descent presented with a six months history of bilateral episcleritis, generalised myalgia, arthralgia (knees, ankles, and elbows), recurrent oral ulceration, and skin rash over her shin, hands and chest, weight loss and fatigue. Examination revealed slightly red eyes with evidence of erythema nodosum over her shins, hands and chest. She was tender on palpation of her knees, elbows and ankles with no overt synovitis detected. She had no palpable peripheral lymphadenopathy. Cardiovascular and respiratory system examinations were normal. Initial blood test results showed raised inflammatory markers with CRP-63 (<10), ESR-29. ANA & ANCA negative, Normal C3, C4, ferritin, eosinophil count, creatinine kinase, immunoglobulins. She was HLA B27 and B51 negative. Transthoracic echocardiogram was normal. Chest x-ray showed some left lobar consolidation treated successfully with antibiotics. She had a CT chest, abdomen and pelvis. The result showed a significant soft tissue mass in her cervix with a 13mm lymph node on the left pelvic sidewall. She was referred urgently to the gynaecology team due to a suspicion of malignancy. She underwent a colposcopy, EUA with LLETZ loop under anaesthesia which identified a small sessile polyp at the anterior lip of the os and it was excised. Histology showed a benign fibro-glandular inflamed polyp with no cervical intraepithelial neoplasm or cancer. Following this, a repeat vaginal examination identified a new right vaginal wall nodular swelling not noted on the previous examination. MRI of her pelvis revealed a large cervical tumour. She underwent lymphadenectomy. The result of this was negative for high-grade lymphoma, IgG4 and granulomatous disease but suggested a lymphocytic vasculitis. Blood investigations were negative for IgG4, chlamydia, treponema and lyme serology.
i34 27 September 2019 POSTER PRESENTATIONS She was diagnosed with Behc¸et's disease and treated with prednisolone 30mg in the first instance. She is awaiting further review to assess her response to treatment. Discussion: Behc¸et's disease (BD) is a systemic vasculitis of unknown aetiology. Presentation is variable. It follows a remitting and relapsing course. Genetic and environmentalfactors play arole inits aetiology. Behc¸et's disease is rare in the UK, with an estimated prevalence of 1 in 100,000. Due to this, a delay of at least 6months to diagnosis is not uncommon. It is prevalent in people of Mediterranean, Eastern Asian backgroundswith the highest prevalence in Turkey of 420 in 100,000. Recurrent aphthous and genital ulceration with uveitis is frequent. Blood vessels of all sizes, joints, skin, gut and nervous system are affected by the disease -early diagnosis with the treatment is required to prevent lasting damage to affected organs. Treatment of Behc¸et's syndrome involves a combination of topical and oral steroid, colchicine, and disease-modifying therapy. This patient presented with episcleritis, erythema nodosum, arthralgia, oral ulceration and genitourinary tract involvement. A possible diagnosis of Behc¸et's was entertained after a thorough evaluation by the gynaecology oncology team to exclude malignancy, with a delay of more than six months to diagnosis. Despite features of a multisystem inflammatory process, the initial CT scan finding on the cervix made a neoplastic process anessential differentialin her work up.
Oral and genital ulcers are the main diagnostic and classification criteria for Behcet's disease under the ICBD classification with scores of 2 each while the skin, eye, positive pathergy and vascular lesions each have a score of 1. A score of 3 suggests the diagnosis. Lesions of the vagina or cervix are uncommon in Behc¸et's but recognised. Male patients often have scrotal and penile shaft involvement. As the treatment of Behc¸et's disease involves the use of immunosuppressant drugs, the exclusion of a neoplastic process presenting with multisystem involvement is essential. Key learning points: Behc¸et's disease should always be considered in the differential diagnosis of a cervical mass once other common causes including malignancy and infection have been excluded. This should be consideredespecially in the background of amulti-systemicillness. As a rheumatologist, dealing with a broad range of systemic illnesses, vasculitis can present in varying and sometimes atypical ways. This can be compounded by the unusual presentation of some cases. One must bear in mind too however that some medical conditions presenting initially with rheumatological symptoms and in fact may be paraneoplastic manifestations of an underlying malignancy. Therefore having a broad differential diagnosis is essential to ensure early diagnosis of other potentially fatal diseases.
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A REFERRED CASE OF PROBABLE PMR WITH A DIFFERENT OUTCOME
Asif Nawaz 1 , Yamin Rashid 1 , and Julie Barber 1 1
Rheumatology, Withybush General Hospital, Haverfordwest, United Kingdom
Introduction: This is the case of a 67-year-old woman who presented to the rheumatology clinic with suspected diagnosis of polymyalgia rheumatica on prednisolone with complaints of flu-like illness, muscle aches and occasionally low-grade fever. Initial investigation showed anaemia with a significantly raised CRP and ESR. Further investigation revealed a different outcome. Case description: A 67-year-old woman presented to the rheumatology clinic with the suspected diagnosis of polymyalgia rheumatica with prednisolone commencedinprimary care. Three months before, shepresented in primary care with a flu-like illness, muscle aches and occasionally low-grade fever. On investigation, she was found to have anaemia (Hb 92 gm/dl with MCV of 109 femtoliters per cell) with a significantly raised ESR of 123 mm/hr and CRP of 258 mg/L. Initially, there was a history of mild weight loss which she attributed to her diet and subsequently, sheregained weight. Her symptoms were not typical of PMR and upon further questioning, she complained of shortness of breath on inclines. She denied any symptoms of dizziness or any symptoms suggestive of embolic manifestation. Her previous medical history includes hypertension and hyperlipidemia for which she was on bendroflumethiazide and statins which were stopped in primary care three months back. Her blood pressure in the clinic was 156/77mmHg with a pulse of 82 beats per minute. There was no clubbing or any signs suggestive of polymyalgia rheumatica or any other connective tissue disease. On auscultationof heart, the first heart sound was loud and the chest was clear. Abdominal and neurological examination was unremarkable. Restof investigations including urea and electrolytes, liver function test, ANA, anti ENA, Complement C3 &C4, immunoglobulins, creatine kinase, ferritin and thyroid function tests were unremarkable. An echocardiogram was requested as workup of unexplained raised inflammatory markers and non-resolving symptoms which showed a large echogenic mass in the left atrium attached to atrial septum and prolapsing through the mitral valve into the left ventricle, suggestive of left atrial myxoma. She was referred to cardiothoracic surgeons for resection. Her aches and pains subsided and she is doing very well after surgery. Discussion: Myxomas account for 40-50% of primary cardiac tumours. 75-85% occur in the left atrial cavity and up to 25% in the right atrium. Symptoms range from nonspecific and constitutional to sudden cardiac death. Patient was referred to rheumatology with provisional diagnosis of giant cell arteritis due to headache and raised inflammatory markers. On reviewing his CT abdomen, the renal parenchyma showed symmetrical well demarcated bilateral involvement which was more in favor of renal infarct rather than pyelonephritis. CT angiography of abdomen was requested whichshowedmultiplevesselinvolvement includingmesentericarteryand bilateralrenalarterieswithbeadedappearanceandstenosis. MR angiogram showed 6mm aneurysm of PICA with stenosis of P1 segment of PCA. Currently he is being screened for ADA2 deficiency. During his stay his renal function deteriorated, not responding previously to antibiotics.
